Since the age of 14 he has complained of attacks of twitching of the left side of the face, and clonic movements of left arm and leg, witbout loss of consciousness, and of progressive stiffness and weakness of left leg with more recent involvement of left arm. Four months ago severe right-sided headache occurred lasting one week.
On examination.-Marked enlargement of skull, slightly greater on right side, with greatest circumference 241 in. Left-sided hemiparesis with some loss of sense of position and passive movement in left arm and leg and left homonymous hemianopia. Cerebrospinal fluid: Pressure 120; total protein 0055%; no cells, and otherwise negative. Skiagram shows thickened and enlarged skull. In a case of verified chronic subdural hLematoma shown by Dr. Critchley and Dr. Meadows at a previous meeting the history was somewhat similar to that in this case. The enlargement of the head in that case had begun at about the age of four months, and in the present case it probably began at the age of seven months.
Sir JAMES PURVES-STEWART said that it might be advisable, since encephalography had failed to introduce air into the ventricles from below, to adopt the alternative method of putting it in from above. This could be done with a minimum of trauma, using a suitable drill through the skull. If the patient had a large hbematoma this procedure could be carried -out without difficulty.
Progressive Syndrome of Muscular Rigidity and Tonic Involuntary
Movements.-J. P. MARTIN, M.D.
L. H., male, aged 15, is said to have been normal till about the age of six years. Then he began to drag his right leg and to be awkward with his right hand. In -the course of five or six years all his limbs became more stiff and awkward, but he continued to go about till he was 12. Then he became almost unable to walk alone. During the last two years his head has gradually tended to bend forward and his right hand makes slow involuntary movements which carry it either against his chin or right up over his head to the back of his neck.
Present condition.-The patient sits in a flexed, huddled attitude, with his neck acutely flexed. He is able to raise his head slowly through a moderate range. His mentality is normal and there is no speech defect.
The cranial nerve functions are normal, except that voluntary movements of the ,face are more restricted than emotional movements.
The right upper limb normally assumes a -flexed posture. It can sometimes be extended voluntarily, but it is subjeet to long-sustained flexion spasms. These often come on in association with voluntary movements of the left hand, but are also produced by emotional stimuli. When the hand is extended its posture is markedly athetoid. With the left arm much more voluntary movement can be made and no involuntary movements occur in the left arm, but the posture of the left hand when outstretched is much the same as that of the right.
The right lower limb is subject to slow flexor spasms, which are caused by similar stimuli to those which bring on spasms in the right arm and the spasms in the two limbs of the right side often occur together.
In all the limbs there is great resistance to passive movements, both flexor and extensor, but there is some tendency for the resistance to give way in a " claspknife" manner. The tendon-jerks are all brisk. The great toes are constantly in an extended position. Stimulation of the sole often gives rise to a slow movement which involves further extension of the great toe, but this movement is sustained and is probably part of a tonic athetoid movement and not a Babinski reflex.
Discussion.-Dr. MARTIN said he was inclined to think that the symptoms were entirely extra-pyramidal; there were no definitely pyramidal signs. Under favourable circumstances one was able to get a flexor-plantar response which for the time being overcame the spasm. Undoubtedly in the upper limbs the rigidity was rather like true spasticity, but having watched the boy for a long time, and having seen the variations of this rigidity, he thought that it was more allied to the Parkinsonian type of rigidity. The involuntary movements were all slow and long sustained. One of the most characteristic was the flexor spasm of the right arm. The boy's head that evening was in the position of extension, but when he (the speaker) saw him previously his head was fixed in flexion. At an earlier stage the right hand used to make movements which carried it up over the head. These movements might be brought on by emotional stimuli, and then he would have a flexor spasm not only of his arm. but also of his right leg-and again the same slow type of movement. With regard to the title which should be given to the case, he was a little at a loss. This was evidently a progressive disease, and as regards its underlying pathology, he had an entirely open mind. He supposed it was due to some form of degeneration in the basal nuclei; further than that he did not like to go.
Sir JAMES PURVES-STEWART said that the fact that a person had a striatal syndrome did not necessarily mean that this was a stationary affair; it might be an advancing syndrome. Only a fortnight ago he saw, with Dr. Collier, two young Spaniards in the same family who were developing symptoms of typical torsion-spasm. In one, a boy, the condition had begun at the age of 6 and he was now aged 12; in the other, a man, it had begun at the age of 15 and he was now aged 30. The symptoms were progressively developing from month to month and year to year. The serological and hmmatological analyses were negative. He suggested that many such cases were really due to a slowly progressive encephalitis, of infective or toxic origin. Dr. C. P. SYMONDS said that in these progressive striatal syndromes almost every case differed from every other; he supposed that it depended on the cbance of localization. The most nearly similar case to the present one which he could recollect was like that just mentioned by Sir James Purves-Stewart. Two brothers had something like the same syndrome, but there was more mobile spasm and less tonic spasm than in Dr. Martin's case. As to the labelling of these cases, there was so much variation among them that he was reminded of Sir Henry Head's statement with regard to these familial conditions, to the effect that there was " no such disease," but that each family had its own variation.
Dr. MARTIN (in reply) said that inquiry had been made as to a possible history of encephalitis lethargica, but none had been discovered. The cases referred to in the Archives were mostly in infants. He had been very careful not to make any assumption as to pathology in this case, because he thought that with regard to these extra-pyramidal syndromes, they were at present merely at the stage of collecting facts; they did not know enough to correlate their knowledge in any fixed way. History.-Patient was well until the age of 25 when she complained of weakness of the neck muscles. Four years later the weakness had become more generalized and there was difficulty in rising from the sitting and horizontal postures. This weakness has gradually increased and for the last five years she has been confined
